Case Report {#sec1_1}
===========

A 42-year-old male without a significant medical history presented to the Ear, Nose and Throat (ENT) Service complaining of right mandibular swelling of several years' duration. A clinical exam revealed multiple root fragments and swelling on the right side of the mandible.

A computed tomography (CT) exam was performed revealing a large, homogeneous, expansive, multilobular process with cystic appearance in the body of the right mandibular ramus (fig. [1](#F1){ref-type="fig"}, fig. [2](#F2){ref-type="fig"}, fig. [3](#F3){ref-type="fig"}, fig. [4](#F4){ref-type="fig"}). Also, intravenous contrast medium administration resulted in poor enhancement of the lesion, showing expansion and bone erosion and displacement of adjacent masticatory muscles (fig. [5](#F5){ref-type="fig"}). Due to the size mass, a slight displacement of the ipsilateral parapharyngeal space and airway was noted. There was no evidence of morphological or density changes of the submaxillary glands. In addition, nonspecific lymphadenopathy was detected at ganglionic levels IB, IIA, IIB and V.

This case was reviewed by the Head and Neck Surgical Board (HNSB), where a hemimandibular surgical resection accompanied by fibula free flap reconstruction was recommended as the treatment of choice.

A postsurgical biopsy revealed the presence of fibrous fragments infiltrated by 'mucoepidermoid carcinoma' (MEC) with micrometastases and positive margins. The sample included muscle tissues infiltrated by the tumor (fig. [6](#F6){ref-type="fig"}).

The patient was followed up by the HNSB and adjuvant complementary radiotherapy was recommended. The interdisciplinary team is currently following the patient, with no evidence of tumor being detected so far.

Discussion {#sec1_2}
==========

Salivary gland tumors are relatively uncommon neoplasms \[[@B1]\]. MEC is a malignant neoplasm of the salivary gland first described in 1945 \[[@B2]\]. It accounts for 5--10% of all salivary gland tumors; 86% mainly involve the parotid gland, followed by 8% involving the submandibular gland and 4% the sublingual glands. The minor salivary glands found in the palate is the next most common site for these tumors \[[@B3], [@B4], [@B5]\]. The frequency of these tumors has been known to increase in patients who were previously treated with radiotherapy \[[@B6]\].

MECs occur more commonly in women, with the highest incidence observed between the third and sixth decades of life; however, they may be detected at any age \[[@B7]\]. Approximately 3--10% of the affected patients are in their first and second decades of life \[[@B1]\]. As in other tumors, the usual symptoms are related to the location of the primary tumor, infiltration of the surrounding structures, the presence of cervical lymph nodes and distant metastases. Nasal obstruction, bleeding, headaches, facial numbness, tinnitus or hearing loss, deafness and diplopia are the most common clinical symptoms \[[@B8]\].

MEC is histologically made up of epidermoid and mucin-producing cells originating in the ducts of the epithelial lining \[[@B9]\]. Histologically, the tumor is classified into three grades: low, intermediate and high. Herd et al. \[[@B10]\] performed a study of 546 patients and reported that the distribution of intraoral MECs was high in 58.4%, intermediate in 38.3% and low in 3.2%.

Central MEC is extremely rare making up 2--3% of all MECs reported. This tumor is characterized by atypical clinical and radiographic appearances \[[@B11]\]. The lower jaw is affected in 82% of the cases, with 83% occurring in the molar region, the most probable location for developing dentigerous cysts and odontogenic tumors \[[@B12]\].

The criteria for the diagnosis of central MEC include cortical bone void of perforation by tumor invasion, radiological evidence of bone destruction, and histopathological verification \[[@B13]\]. Radiographic expression of central MEC consistently shows bone destructionwith a multilocular or cystic-like radiolucent appearance. Also, this tumor has the potential to form hard tissue and be expressed as a mixed lesion \[[@B2]\]. The rate of metastases for high-grade tumors is 55% for the major glands and 80% for those originating in the minor salivary glands \[[@B6]\]. The incidence of regional lymph node metastases has been reported to be between 2.5 and 20% \[[@B14]\].

The preferred treatment of choice is wide surgical resection, with clear margins. Postoperative radiotherapy is recommended for high-grade tumors with positive margins or regional lymph involvement \[[@B15]\]. Pediatric salivary gland MECs have a good prognosis, and low- to intermediate-grade early-stage tumors should be treated with surgery alone. Neck dissection should be performed in high-grade tumors followed by radiotherapy to the affected area. For high-grade tumors without massive neck involvement, radiation may be limited to the primary affected region given the risk of the long-term side effects of radiotherapy in children \[[@B16]\].

Tumor grade is considered the most important prognostic factor in salivary gland MECs, worsening in survival rates from low to high \[[@B17]\]. High-grade tumors have a greater tendency to infiltrate, recur and metastasize with reported cure rates of 49 and 42% at 5 and 10 years, respectively \[[@B6]\].

Conclusion {#sec1_3}
==========

MEC is a malignant neoplasm of the salivary gland, with the ability to metastasize and relapse locally. It affects women more commonly, with the highest incidence occurring between the third and sixth decades of life. Central MEC is exceedingly rare, constituting only 2--3% of all MECs reported. Imaging features include bone destruction with a multilocular or cyst-like radiolucent appearance. The treatment of choice is complete surgical excision of the affected region accompanied by radiotherapy when clear margins are not attained and there is nodal involvement.
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![Axial CT showing an expansive, multilocular process in the right mandibular ramus.](cro-0007-0732-g01){#F1}

![Coronal CT demonstrates a large expansive process in the right mandibular ramus.](cro-0007-0732-g02){#F2}

![Sagittal CT shows erosion of the cortical bone in the right mandibular ramus.](cro-0007-0732-g03){#F3}

![Soft-tissue window CT demonstrates a cystic-like isodense expansive process.](cro-0007-0732-g04){#F4}

![Soft-tissue window CT following intravenous contrast medium administration shows poor enhancement of the solid component of the mass. Displacement of the masseter muscle is also seen.](cro-0007-0732-g05){#F5}

![Muscle tissues infiltrated by the tumor. HE staining.](cro-0007-0732-g06){#F6}
